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OIIBIT OPTAHU3AIIMA KABUHETA MOHUTOPHUHTA PEJIKHWX BOJIE3HEM
B PECITYBJIMKE TATAPCTAH

"MunuctepctBo punancoB Poccuiickoit @eneparin, 10907, Mocksa, yi1. MbnHka, 9;

I'BOY BIIO «Kazanckuii rocyrapcTBeHHbIN MEAUIIMHCKII yHIBepcuTe™ Munsapasa Poccun; 420012, Kasaus, yi. Bymieposa , 49;
‘TocyaapcTBEHHOE aBTOHOMHOE YUPEXICHUE 3paBooXpaHeHus «JleTckas pecrnyOnrkanckas KIMHUYecKast O0JIbHHIA
MusnucTepcTBa 3apaBooxpaneHus Pecriyonuku Tarapceran, 420138, Kazanb, OpenOyprekuii TpakT, 140

IIpeocmasnen naau Oeticmeuii 6 obnacmu pedxux bonesueti 6 Pecnyonuxe Tamapcman onsi obecneuerusi pagHo2o 00-
cmyna K OuazHocmuke, J1e4eHuio U OKA3aHu0 MeOUKO-NCUXOCOYUATbHOU NOMOWU OemaM ¢ PeOKUMU 3a00N1e8aHUSMU.
Asmopamu opeanuzoean kadburem 015 KOOPOUHAYULU OEAMETbHOCHU CREYUATUCTNO8 N0 HO30102UNECKOU NPUHAONEHC-
Hocmu OpanHoU 60Ne3HU; pa3spadomMaHo NoioNHceHue o Kabuneme 0 0emetl, CMPAOAIOUWUX HCUSHEY2POHCAIOWUMU U
XPOHUYECKUMU NPOSPECCUPYIOWUMU PEOKUMU 3A001e6aHUAMU; CO30AH CO8eNt IKCNEpmos 0 hopmMuposanus NOpsaoKa
OKA3AHUL MEOUYUHCKOU NoMOuwU 0emsm ¢ opghanHvimu bonesuamu 6 Pecnyonuxe Tamapcmarn.

Tokaszano, yumo opeanuzayus Kaburnema no3eoasem OCyuecmesiams MeNCOUCYUNTUHAPHBIL NOOX00 K paHHel OUdcHO-
cmuxe 1 MOHUMOPUPOBAHUIO COCMOAHUSA 300POBbsL NAYUEHINOE ¢ PEOKUMU OONe3HAMU, OYeHUBamy dPPEeKmueHoCb
namoeeHemuueckol mepanuu.

Kniwoueegvie cnoea: demu ¢ peokumu (OpghanHvimu) 60Ne3HAMU, NIAH Oelicmsull 6 oonacmu peokux oonesHell;
OpeaHu3ayUs MOHUMOPUH2A PEOKUX OonesHell;, MeOUKO-NCUXOCOYUANbHASL NOMOUb.

Farrahov A.Z.", Volgina S.Ya.?, Shavaliev R.F?, Kletenkova G.R.}

EXPERIENCE OF THE ORGANIZATION OF THE OFFICE FOR THE MONITORING OF RARE DISEASES IN THE REPUBLIC
OF TATARSTAN

"Ministry of Health of the Russian Federation, 3, Rakhmanovsky by-street, Moscow, Russian Federation, 127994
’Kazan State Medical University, 49, Butlerova street, Kazan, Russian Federation, 420012
3Children Republic clinical hospital, 11/6, Ostrovskogo Str., Russian Federation, 420111

There is presented the plan of measures in the field of rare diseases in the Republic of Tatarstan to provide an equal
access to diagnosis, treatment and taking care of medical and psychosocial care to children with rare diseases. y authors
of the study there was organized the office for coordination of the activities of specialists in nosology of orphan disease;
there was developed the statement about the unit for children suffering from life-threatening and chronic progressive
rare diseases; there was created the Council of experts for the formation of the policy of the provision care for children
with orphan diseases in the Republic of Tatarstan. The organization of the cabinet was shown to allow to realize a
multidisciplinary approach to the early diagnosis and monitoring of the health status of patients with rare diseases, to
evaluate the effectiveness of pathogenetic therapy.

Key words: children with rare (orphan) diseases, the action plan in the field of rare diseases, monitoring of rare
diseases, medical and psycho-social care.

TMBAOILIME HEOONBIIYI0 YacTh mnomyssiiud. J{o

CUX TOp HE CYIIECTBYET UX E€IMHOIO OIpe/elie-
Husl. Psijl crienuaniicToB OpUEHTHPYIOTCS Ha KOJIMYECTBO
JIFOJICH, JKUBYIIUX C Op(haHHBIMU OOJC3HIMH, IPYTHE —
YUUTHIBAIOT (DAKTOPBI, HATIPUMED, TOCTYTHOCTD JICUCHUS
0ONIe3HN WJIM BO3MOXKHOCTH OOJIETUCHHUSI €€ TCUCHHSI.
B CHIA Akt o penkux 3aboneBanusx (2002) ompeme-
JSIET UX KaK «OOJIe3HH HMJIM COCTOSTHHSI, 3aTParuBaroIie

@emme 005e3Hu — 3TO (OPMBI TIATOJIOTHH, 3aTpa-

Jns xoppecnonaeHuuu (correspondens to): @appaxoe Aiupam 3a-
Kueeuu, Kauj. MeJl. HayK, IOLICHT, 3aM. MHHHCTpa (prHaHcoB PO, e-mail:
ayrat.farrahov(@tatar.ru

npumepHo 1 yenoseka u3 1500», B AAnonun — 1 u3 cpe-
1 2500. EBporretickast KOMUCCHS TIO 3IPaBOOXPAHEHUIO
orpesieNneT peakue OO0Ne3HM KaK yrpokaroliue >KU3HU
WIM XPOHHYECKHE CEepbe3Hble OOJIE3HH C PacmpocTpa-
HeHHOCThIO 1 Ha 2000. bone3nu, He sBIAIOMINECS YTPO-
KAIOLIMMH JKU3HH, CEPbE3HBIMH XPOHMYECKUMH, JTHOO
a/IeKBaTHO M3JICYMMBIMH, HMCKJIIOYAIOTCS M3 OIpeaese-
Hus. B Poccun penknmu npeasaraercsi cauTarh 3adore-
BaHUs, BBIABIIIONINECS C YacTOTON He Oomnee 10 cimygaeB
Ha 100 ThIc. YenOBeK.

Opranuzauus EURORDIS momaraet, 4to B HacTOs-
11ee BpeMsi CYILECTBYET OKOJIO 7 TBIC. pa3InuHbIX ophaH-
HBIX Oose3Hell. HecMoTps Ha TO UTO HX BCTPE4aeMOCTb B
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dappaxos A.3., BonruHa C.A., Waeanues P.®., KneteHkosa I".P.

MOMYJISIIMYA HU3KAsl, B COBOKYITHOCTH MU CTPAJaiOT OT
6 o 8% xureneir EBpocoroza. Ciienyer nog4epKHyTh,
YTO CPEOU Pa3IUUHBIX MOMYNIALUNA BCTPEUAEMOCTh Pel-
KX OOJle3HEH MOXKET 3Ha4MTeNbHO pasimyarbes. [lpu-
YeM TSDKEN0€ MHBAIUAN3ZUPYIOIIEE TeueHue UMEroT 65%
MAIMeHTOB C Op¢aHHBIMHA 3a00JIeBaHUAMH, KOTOPBHIE
TpeOyIOT JTUTETHFHOTO M MHTEHCUBHOTO CTIEIHATH3HPO-
BAHHOTO JICUCHMS.

OTH 00JIE3HN XapaKTEPU3YIOTCS CICAYIOMIUMH TPH-
3HaKaMU: TOSBICHUEM B paHHEM IEPUOJIC KU3HU JACTCH,
2 u3 3 ciiydyaeB — 0 JOCTHKEHUSI UMM BO3pacTa 2 JieT;
XPOHHYECKUM OOJIEBBIM CHHIPOMOM y | manueHTta u3 5;
MOTOpPHOM, CEHCOPHOM WJIM WHTEJIEKTYaJbHOM He0-
CTaTOYHOCTHIO B TIOJIOBUHE CITy4aeB, YTO PUBOJNT K He-
TPYAOCTIOCOOHOCTH 1 CHUKAE€T aBTOHOMHOCTD MAI[HEeHTa
B 1 cioyuae u3 3; yXyAmieHueM MpOrHO3a s KU3HU B
MOJIOBHUHE CITy4aeB.

Penkue Gose3HU SIBISIOTCS MPUYMHOW CMEpPTH B Te-
yenue 1 roga xusnu B 35% ciyyasx, B Bo3pacte 1-5 et
—B 10% u B Bo3pacte 5—15 ner — B 12%.

B nacrosmee Bpemst naer aktuBHas padora 1mo pas-
paboTKe, MPUHATHIO, peaN3alliil WU TIepecMOTpy Ha-
[IMOHANBHBIX CTpATerwii, HaIlpaBJICHHBIX Ha obecriede-
HUE METUIIMHCKON IMOMOIIM W IMPENOCTABICHHUE YCIYT
MAaIUEeHTaM C PEIKUMU 3a00JICBaHUSIMH, B COOTBETCTBUU
¢ Pexomenpnanusmu Cosera EBponbl o mepam B o0ia-
CTH peaKuX 3a00JIeBaHNI BO MHOTHX CTpaHax [1-4].

IIpesunent Poccuiickoit ®enepaiiii B CBOEM exe-
rogaoM [locannu ®@enepanpaomy COOpaHHUIO BBIIEITIIT
B KauecTBEe MPHOPHUTETa HEOOXOAWMOCTh pPa3pabOTKH
«3((hexTUBHON TOCYIapCTBEHHON MOJIUTUKU B 00IAaCTH
JeTcTBay. «3aboTa 0 OyayIuX MOKOJIEHHUAX — 3TO caMble
HaJIe)KHbIE, YMHBIC U OnaropoaHbie nHBecTHIU. OO01Ie-
CTBO, B KOTOPOM Ha JieJie 3allUIIAoT IpaBa peOeHka U
YBKAIOT €r0 JIMYHOE JIOCTOMHCTBO, HE TOJBKO J00pee
1 YeloBeYHee, 3T0 00IIeCTBO OBICTpee W JIydIle pPa3BH-
BaeTCs, UMeeT OIarompusATHYIO, TPENCcKazyeMyro Iep-
criekTuBy». OH Takke OTMETHJI, UTO ACTH U MOAPOCTKH,
JKUBYIIIUEC B HAIICH CTpaHEe, MOJKHBI IMOJHOIICHHO pa3-
BHUBATHCS, PACTH 3I0POBBIMHU U CUACTIMUBLIMH, CTATh €€
JOCTOMHBIMU Tpa’kJaHAMH, M ONPENETIII 3TO «3aaaucit
HOMED oauH» [5].

[ToBpIIeHNe KauecTBa )KU3HU ceMell ¢ IeTbMU TpeOy-
€T KOMIUIEKCHOW TOCY/apCTBEHHOM IOJINTUKH, HAIIpaB-
JIEHHOW Ha POCT JIOXOJI0B POAMUTEIIEH, IPEXKIE BCETO OT
TPYIOBOH JESTEeIbHOCTH, COBEPIICHCTBOBAHUSA MeEXa-
HU3MOB MEIUIIMHCKON IMOMOIIN U TOCYIapCTBEHHON CO-
LHAATBbHON MOAEPKKH, PA3BUTHSI CUCTEMBI COLIMANTBHBIX
YCIIYT, IPEJOCTABIAEMbIX CEMbIM C JCTbMH, KEHIIIUHAM
U JICTSM, @ TaKX€ U3MEHEHUSI OTHOIICHUS K CEMEUHBIM
LIEHHOCTAM [6].

B cBs3u ¢ BeImensnoxeHHbpM B PecryOnmke Tarap-
CTaH pa3paboTaH IuUIaH AEWCTBUI B 00JIaCTH peakux 00-
JIE3HEH, OCTPOECHHBIN HA OCHOBE 5 NMPUOPUTETHBIX Ha-
MIpaBJICHUN:

* Coznanne WHQPACTPYKTYyphl peructpa OOJIbHBIX
neTerd ¢ penkumu 3aboneBaHusMu B PecryOmuke Ta-
TapcTaH, MO3BOJISIONIEH OBICTPO aHAIM3UPOBATh TOCTY-
MAIONIyI0 WHPOPMAIUIO, JUIsI ONEePAaTHBHOTO MPHHSATHS
YIPABJIECHYECKUX PEIICHUM.

* OOyerdeHrue MOCTyNa NAIlMEHTOB K JUArHOCTHU-
YECKUM HCCIIEIOBAHUAM, JIEYCHHI0O M KaueCTBEHHOMY

OKa3aHHI0 MEIUIIMHCKOH TIOMOIIM C ITOMOIIBI0 CO3/1a-
HUSI KOHCYJIBTaTHBHOTO KaOWHeTa B pecryOinKe Ha Oa-
3¢ IETCKOW pecCITyOIMKAaHCKON KIMHUYECKOH OOJBHHIIBI
(JIPKB).

* Peammsarus crienmupuaecKux MOTPeOHOCTEH Jwil,
KOTOPBIE CTPAJA0T PEJKUMU 3a00JICBAHUSIMU, PA3BUTHE
MOJACPKKU ACCOLUALIUSIM MAIUCHTOB.

* O0y4eHue CIeIHaIiCcTOB B 00JIACTH 3paBOOXPaHe-
HUS C IIETbI0 YIYUIIEHUS TUarHOCTUKU M OTIPEJIeIICHUS
CTpaTeruyl OKa3aHUs MeIuaTpruueckor, ICHXOJIOTHYe-
CKOH TIOMOIIH U COIMAIEHOTO CONPOBOXKICHHS.

* Pa3zpaboTka peneBaHTHOW W JICTKOMOCTYITHOW WH-
(hopmarum, He0OXOIUMOM /IJIsi COBEPIIICHCTBOBAHISI OKa-
3aHMSI IOMOITH MAIUEHTaM C PEIKUMHU 3a00JICBaHUSIMHU.

Llenpio miaHa sSBUIOCH OOECIIEUEHHE PABHOTO JI0-
CTyna K JIMarHOCTHKE, JICYUCHUIO W OKAa3aHUI0 MEIUKO-
TICUXOCOIMAILHOM ITOMOIIHU JIETSIM C PEIKUMH 3a00JIeBa-
HUSIMH, TIOBBIIIIEHUE MX KadecTBa )KU3HU. Hapsay ¢ atum
ObuTH COPMYITUPOBAHBI CIETYIONIUE 3a/1a9H:

1) opranu3oBath KaOWHET IS KOOPAMHAIINHN JIESTEITb-
HOCTH OTBETCTBEHHBIX CIEIMAJINCTOB IO HO30JIOTHYE-
CKOH NMPHHAIIEKHOCTH COOTBETCTBYIOIIETO Op(haHHOTO
3a0oseBaHusl Ha 0a3e KOHCYJIBTAaTUBHOW MOJMKINHUKU
Ne 1 TAY3 «Jletrckas pecnyOiauKaHCKash KIMHHYECKAs
6onpHHuIIa M3 PTy;

2) pa3paboTrarh MOJIOKEHUE O KaOWHeTe NI JeTeH,
CTPAJaroINX >KU3HEYTPOXKAIOIIUMH W XPOHHYECKUMHU
MIPOTPECCUPYIOUTIMH PeIKUMH (OphaHHBIMH) 320071eBa-
HUSIMU, TIPUBOSIIIUMU K COKPAIICHUIO MPOIOIKUTEIb-
HOCTH >KU3HU U UX UHBATUIAHOCTH;

3) chopMupoBaTh OCHOBHBIC JIMATHOCTHYECKUE KPH-
TEPUHU JKU3HEYTPOKAIOIINX U XPOHHUECKUX MPOTPECCH-
pyromux peakux (opdaHHBIX) OOJIE3HEH, MPUBOIAIINX
K COKpAIlEHWIO MPOIOJDKUTEIBHOCTH JKU3HU Tpa)aaH
WIN X WHBAJUIHOCTH (YTBEP)KJIEHO TOCTAHOBJICHHEM
[IpaBurensctBa PO ot 26 ampens 2012 . Ne 403) mns
Bpaueii-nenuaTpos;

4) co3maTb COBET JKCHEPTOB IO PEIKUM OOJIE3HIM
Uit OPMUPOBAHHS €MHOTO MOPSIKA OKAa3aHUs MEIH-
[IUHCKOM ITOMOIIHN JEeTSM ¢ OphaHHBIMH 3a00JIeBaHUSIMHU
B PecrryOmnmke Tarapcran;

5) 3aBepmuTh (GOPMHUPOBAHUE PETHOHAIHLHOTO CET-
MeHta DenepaibHOr0 perucrpa AEeTei, CTpalaroliux
JKU3HEYTPOKAIONUMH U XPOHUYECKUMH ITPOTPECCUPYIO-
[IUMH PEIKAMU OOJIC3HSIMHM, PUBOISAIINME K COKpaIie-
HUIO MPOAOKUTEIBHOCTHU KU3HU U UX UHBAIUIHOCTH.

B cBsi3u ¢ yka3aHHBIMH 337a4aMi pa3pabOTaHO Tak-
Ke TIOJOKEHHEe O KaOWHeTe Ul JeTed, CTpalaroinx
KU3HEYTPOKAIONIIMA W XPOHUYECKHMHU TPOTPECCH-
pytommMu penknMu (opdaHHBIMU) OO0NIE3HAMHU, TIPUBO-
JAIIAMHU K COKPAIEHUIO MPOIODKUTENIEHOCTH KU3HU U
WX UHBAJIUIHOCTU: KAOWHET JiIs fieTel ¢ ophaHHBIMU 3a-
OoJieBaHUMSIMH OpraHu3yeTcs Ha 0a3e KOHCYJIbTaTHBHOM
nonukuHuky Ne 1 JIPKB; Ha 10mKHOCTB Bpaya KaOuHe-
Ta Ha3HAYaeTCs BBICOKOKBAIM(UIIMPOBAHHBIN IEINATD;
KOOpJMHATOp noguuHseTcs maBHomy Bpauy JIPKB; ko-
opanHATOp paboTaeT B TECHOM COTPYIHHYECTBE C Bpa-
yaMM pa3jIM4HbIX CTPYKTYpHbIX noapasaeneHuil JPKB,
CleMAIUCTAaMU IEPBUYHON MEIMKO-CAHUTAPHON MTOMO-
11, METUKO-TeHETHYECKOH ciryx0b1 Pecrybnuku Tarap-
CTaH, MEJUIIMHCKOTO WH(POPMAIMOHHO-aHAIUTHYECKOTO
neHrpa M3 Pecniyonuku Tarapcran (PMUALL), a Taxke
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Yacrora opdaHHbIX OonesHeil (B %), BBIABICHHBIX y AeTeil Peciy-
omukn TarapcraH.

(enepaTbHBIX EHTPOB, OCYIIECTBIISIOMNX BHICOKOTEX-
HOJIOTHYHYIO CIIEIMAIN3UPOBAHHYIO TOMOIIb JETIM C
opdaHHBIME 00JIE€3HSIMH; KOOPAWHATOP KaOWHETa B CBO-
et paboTe pykoBoACTBYeTCs npukasamu M3 Poccuiickoit
®enepauun u Pecnybnukn Tarapcran, craHmapTamMu U
MOPSAKAMH, YTBEPXKJICHHBIMU JICHCTBYFOIIUM 3aKOHO-
JIaTebCTBOM, a TaKxke (elepalbHbIMU KIMHUYECKUMHU
PEKOMEHJAUAMHU TI0 JHMAarHOCTUKE W JICYCHHIO JIETEeH C
PEAKUMU 3a00ICBAHUSIMH.

6. OCHOBHBIMH 3aJjayaMH KOOpAMHATOpa KaOWHeTa
SIBIISTIOTCS CIIEYIOIINe: MEAULMHCKNAE — OpraHn3aiysd u
MIPOBEJICHHE MOHUTOPUHIa COCTOSHHSI 37I0pPOBBs JeTeit
C peOKMMH 3a00JIEBaHUAMH C yYacTHEM OTBETCTBEHHBIX
CIEIUAITICTOB; TMHAMHUYECKast OleHKa 3()(EKTUBHOCTH
WX JIEYEHUs], OCYIIECTBICHHE IUETHYECKOW KOPPEKIINH;
ydacThe B JMarHOCTHKE 3a00NIeBaHUI TpH amOymarop-
HOM OOpaIleHNH [eTel, KOHCYIBTHPOBAHUE ITAI[IEHTOB
MIPY WX CTAIIOHAPHOM JICYCHUH; OPTaHU3aIIs MEIUKO-
TICUXOCOIMAJIbHON PeadMINTAlU TAI[IEHTOB; MEXIHC-
LUUIUTMHAPHAsT KOOPJAMHALMS CIIELHUAINCTOB, YYacTBYIO-
IIMX B HAONIOJCHUH 3a PEOCHKOM C PEAKHM 3a0olieBa-
HUEM (CM. PUCYHOK); y4acTHe B PaboTe IOJKOMHCCHU
«BpadyeOHo# KOMHCCHI TIO PeIKUM OOJIe3HSAM; KOHTPOJIb
BE/ICHUS PETHCTPa OTBETCTBEHHBIMH CIICIHAINCTAMHU;
B3aMMOJICHICTBHE C TAIMEHTCKUMH, OJaroTBOPUTEIHHBI-
MH OpraHH3alMsIMH, YUYPESKICHUSIMHU, OKa3bIBAIOIIUMHU
MaJUTMaTHBHYIO TIOMOLIb; HAy4YHbIC — BHEJPEHHUE B IIPAK-
TUYECKOE 3/IpaBOOXPAHEHHUE COBPEMEHHBIX METO/IOB JAH-

arHOCTHUKH U JIGYEHHS PEIKHX OoJe3Hel; oOpa3oBareb-
HBIC — JJIs1 IOBBILICHUS] YPOBHS 3HAaHUH M HACTOPOXKEH-
HOCTH B YaCTH peIKuX 3a00jeBaHMH, CBOEBPEMEHHOIO
UX BBIABICHUS M HalpaBlIeHUs JeTed K Npo(UIbHBIM
CrienMajrcTaM HeoOXoIMMa OpraHW3alisl W IpoBese-
HUE 00pa3oBaTEeNIbHBIX CEMHHAPOB; KIMHHUYECKUX pas-
00pOB; MacTep-KJIacCOB; IIKOJIBI IS Bpadyeil pa3IMuHbIX
CTHeUUaTbHOCTEN; HayYHO-TIPAKTHIECKUX KOH(EPEHIIHH;
CaHUTapHO-TIPOCBETUTENLCKUE — 00yUeHUE ponuTenei (B
IIKOJIC TTALMEHTOB) MHANBUIYAIbHBIM METOAAM YXO7a 32
OOJIBHBIMU AETHMH ¢ Op(haHHOI MAaTONOrUei; CKPUHUHT U
npogmIakTuka ophaHHBIX 00JIC3HEH Y IETEH.

Hapsny ¢ yka3aHHBIMH HalpaBICHUSMH JESTEIHHO-
CTH KabMHEeTa pa3paboTaHbl M BHEJIPEHBI OCHOBHBIE Ha-
THOCTHYECKHE KPUTEPUH KU3HEYTPOJKAIOIINX XPOHUYE-
CKHUX TPOTPECCUPYIOIINX peaKuX (opdhaHHbIX) 3a00eBa-
HUH, TPUBOISIIIUX K COKPALICHHUIO MPOIOKUTEIBHOCTH
KU3HU TPAXKAAH WIM UX HUHBAJIMIHOCTH (YTBEP)KACHBI
nocranoeinenueM IlpaButensctBa PD ot 26 anpens
2012 . Ne 403), a TakKe TOJOKEHHE O COBETE IKCIIEPTOB
0 PEAKUM OOJIC3HSIM.

B cocraB coBeta 3KCIEPTOB BXOIAT 3aMECTHUTEIh
maBHoro Bpaya JIPKB, oTBeTcTBEeHHBIE CHELUATUCTHI,
KOOPJIMHATOP-TIEANATP HEHTPa, KIMHUYECKUH (apmako-
sor. OCHOBHBIMH 337]a4aMH COBETA HKCIIECPTOB SIBIISIOTCS
CHCTEeMaTH3aLMsl CBEICHUH 110 JUAarHOCTHUKE Op(haHHBIX
3a00JIeBaHUH 110 KaXKI0OMY HO30JIOTHUECKOMY HalpasJie-
HUIO C yKa3aHWeM METOI0B (M MecTa) MPOBEACHHUS COOT-
BETCTBYIOIIMX MEPOIPUATUM, CTOUMOCTH HCCIIEJOBAaHUMN
M KOHTaKTHBIX JIUI B (efiepabHbIX IIEHTPax; CO3AaHue
(hOpMYIISIPHOTO CIIHCKA JIEKAPCTBEHHBIX CPEACTB JUIS JIe-
YeHUsI JeTel ¢ peaKol maTonorueii; pa3padoTKa mokasa-
HUH U MPOTHBOINOKA3aHUM K Ha3HaYeHHIO (hepMEHTO3a-
MECTUTEIIbHOM Tepanuu, KpuTepueB Hea((HEeKTUBHOCTH
U NIPEKpalleHus JICYCHUs; MOATOTOBKa MH(pOPMALUU O
TEKyIIel MoTpeOHOCTH B JIGKAPCTBEHHBIX Iperaparax,
CHeNHaIbHO MpeTHa3HAYeHHBIX IS JICUSHNS PEIKUX 3a-
0oseBaHMi MO CYNIECTBYIOIINM MEAULIMHCKUM JKH3HEH-
HBIM IIOKa3aHUSIM M PEKOMECHIOBAHHBIX MEIUIMHCKHUMHU
CreLUaTNCTaMH/KCIIEPTaMH, BpadyeOHbBIMU KOHCHIINY-
MaMH MM BpadeOHOM KOMUCCHEH, HO TI0 TEM HJIM HHBIM
HNpUYMHAM HE 00ECICYECHHBIX, HE BBIIIMCAHHBIX U HE OT-
MYIIEHHBIX (C yKa3aHWeM MPUYUHBI U CPOKOB pEIIeHUS
po0IIeMBbl); TTPOBEJICHNE MOHUTOPHUPOBAHHS COCTOSHUS
37I0POBBS JIETEH /10 JISYEHHUS U BO BpeMsI JICUEHHSI C OIIEeH-
Kol 3(ddexTuBHOCTH (EepPMEHTO3aMECTUTENBHON Tepa-
MUY, OLIEHKH KaueCcTBa OKa3aHHUs MEIUIIMHCKON MOMOIIN
C IPUBJICUCHHEM MAalMEHTCKUX OpraHu3anui, npodec-
CHOHAJIbHBIX COOOIIECTB MEIULMHCKHUX CIICLHATIUCTOB,
a TaKke OOIIECTBEHHBIX COBETOB IPU PETrHMOHAIBHBIX
OpraHax yHpaBJICHHUS 37paBOOXPAHEHUS; COCTaBICHHE
TUTaHa JIYeOHBIX MEPOIPHUATHH W OCYIIECTBIECHHE €ro
C Y4eTOM HO30JIOTHYECKOH (opMbI 3a007€BaHUS U HH-
JUBHUIYyaJbHBIX OCOOEHHOCTEH MaIleHTa; pa3padoTka
IUTaHa peaOMINTALMOHHBIX MEpPONPUATUI AeTell ¢ pen-
KAMU 3200JIeBaHUSIMU C onpezeneHneM ux 3ddexTus-
HOCTH; afanTauus K BHegpenuto B PecmyOnuke Tarap-
CTaH MEXIYHAapOIHOI'O OIbITAa AUATHOCTHUKH, JICUCHUS
M COIMAIFHOW TOJNEP)KKH; BEJICHHE OTBETCTBEHHBIMHU
crienpaircTaMu Perucrpa manueHToB ¢ peAKHUMH 3a00-
JICBaHUSIMHU, KOHTPOJIb 0OOCHOBAHHOCTH WX HAXOXKJICHHS
B peructpe; GOpMHUPOBAHUE IMEKTPOHHON 0a3bl JAHHBIX

POCCUMCKHUMN HEJIUATPUYECKHUIA KYPHAJI

6" 2014



dappaxos A.3., BonruHa C.A., Waeanues P.®., KneteHkosa I".P.

0 OKA3aHHUIO0 MEAUIIHHCKON MOMOIIN IETAM C PEIKUMU
3a00J1€BaHUSIMU.

PesyabTaTsel u oOcyxJgeHHE

Ha nepBom stane ObIJI0 MPOBEICHO MOHUTOPUPOBAHNE
OOJIBHBIX C pefKUMH 3a00J€BaHUAMHU M YTOYHEHHE JaH-
HBIX [10 BHECEHUIO B PETUCTP ITUX NMAIIMEHTOB. AHAJIN3 Op-
(hanHBIX Oone3Hel (B pamMkax 24 HO30JIOTHUYECKHX (BOPM)
nokaszaj, yro B 2014 r. 3apeructpupoBaHo 268 Ku3Hey-
IPOKAIOIIMX XPOHUYECKUX IMPOTPECCUPYIOLIMX PEIKUX
Oonesneir y nereit B Pecryonmuke Tarapcran (B 2013 1
253). OgHako HEOOXOMMO OTMETHTD, UTO peKue 3a0oIe-
BaHMS HE SBISIOTCS CyTy0O0 «IETCKOM» MpoOieMoit.

Yacto BcTpeuaromeiicss marojiorueil cpenm oocie-
JOBaHHBIX AeTeil Oblna enunkeronypus (32,8%), uro
OIIPEIEIICHO MyTEM IPOBEACHHUS MAaCCOBOIO CKPHHUHTA
BCEX HOBOPOXKICHHBIX. BBICOKMIA yeIbHBIN BeC 3aHUMa-
0T IAIIMEHTHI C IIPEXKICBPEMEHHOH 110JI0BOM 3PEJIOCTHIO
IeHTpasibHOTO TeHe3a (14,6%), nauonaTuaecko TpoM-
6oruroniennyeckoil mypmypoit (11,1%), 1oHOmEcCKuM
aApTPUTOM C CHCTEMHBIM HadaioM (9,9%), nerounoit ru-
MepPTEeH3UEH U ranakrozeMusMu 1o 7,1% (CM. pUCyHOK).

Oco60 ocTpoii octaeTcs mpobiema odecreueHus Je-
KapCTBEHHBIMH IIPEnapaTaMy ¥ IPOAYKTaMH JIe4eOHOTO
NUTaHUA AeTel ¢ penkumu 3a0oseBaHusIMH. Cepbe3HbIM
MPEISITCTBUEM ISl YJIYUIIEHUS CUTYallMd ¢ MEIULIUH-
CKOM TIOMOIIBI0 W JICKAPCTBCHHBIM OOCCIICUCHUEM SIB-
JsieTcs HEeCOBEPIIEHCTBO HOPMATHBHO-TIPABOBOM 0as3bl,
0COOCHHO Ha PETHOHAIILHOM YPOBHE.

B xome MOHUTOpHpPOBaHMS MAllMEHTOB H3y4YaOTCS
0030pBI JIUTEPaTypbl, 3PPEKTUBHOCTD MTPOBOAUMON Te-
paruy, OCyLECTBIACTCS KIMHUIECKOE U 1abopaTopHO-
MHCTPYMEHTAJbHOE HCCIEAOBAHUE C IOCIECIYIOMINM
MIPOBE/ICHUEM TAaTOTEHETHYECKOTO W CHMIITOMaThye-
CKOTO JIGYeHHS JeTel ¢ ApyrumMu 3adoneBanusaMu [7-9].
CBoeBpeMeHHast KOPPEKIUs COCTOSHUS 3/I0POBbS Tallu-
€HTOB C BBICOKOH JI0JIEH BEPOSTHOCTU 3HAUUTEIIBHO I10-
BBICUT MX Ka4e€CTBO JKU3HU U €€ MPOJOIKUTEIbHOCTb.

Takum 00pa3oMm, TOHITHE O PEIKOCTH 3a00JIEBaHMS
HE JIOJDKHO MacKHpOBAaTh BAXKHOCTH MPOOJIEMBI, KOTO-
PYIO OHHU IPEICTABIISIOT AJIs1 OOLIECTBEHHOTO 30POBbSL.
OtcyTcTBHEe MHPOPMAIH O HUX JIEKHUT B OCHOBE MHO-
TOYNCIIEHHBIX JHATHOCTUYECKUX OIINOOK M OTCPOYKH
B OKa3aHUU KBATH(HUIIMPOBAHHON MEINKO-COIHAIBHOM
IIOMOIIM AeTsM. PaHHSAS AMAarHOCTHKA M MOCIenyrolee
HaOmoneHue 3a OONBHBIMH TPEOYIOT y4acTHsl MYJBTH-
JUCLUIIMHAPHBIX KOMaHJ, KOTOpble OOBEOMHSIN Obl
Hay4HbIH aHaJIU3 U IPAKTUYECKUI OIIBIT, YTO TO3BOJIMIIO
Obl OBICTPO MOJTyYaTh AOCTYI K COBPEMEHHBIM HCCIIEI0-
BaHUSAM U BHEIPEHMIO MX JOCTWXKeHUi. Penkue 3aboe-
BaHM B OOJIBIIIMHCTBE CIyYaeB UMEIOT TSKEII0e, XPOHU-
YecKoe TEeUEeHHe, MPUBOAAT K MHBAINAM3ALNN U Tpely-
0T JIMTEIbHOTO, MHTEHCUBHOTO WU HMHJIUBUAYaJIbEHOTO
CTHEeLUaTN3UPOBAHHOrO JiedeHus. [loaTomy BiMsiHUE U
MOOMIM3aLUs CeMeH, UMEIOIINX JIeTel ¢ PEAKUMH 3a00-
JICBaHUSIMH, SIBJISICTCS. HEOOXOAMMBIM CPEACTBOM UX IOA-
nepxku. V HakoHeIl, BAYKHYIO POJIb UTPAIOT acCOIHAIINT
JONed, CTpaNaroInX PEIKUMH 3a00JICBAHISIME, KOTO-
pbI€ cyXaT JBUXKYIIEH CHIION pocTa 0CBEJOMIIEHHOCTH
00IIecTBa, KIIOYEBBIMUA YYACTHUKAMU W TApTHEPaMHU
CHELHUAICTOB B 00JacTH 3IpaBOOXPAaHEHUS, UCCIeI0-

BaTelIell U MPEACTABUTENEH OPraHOB IOCYJapCTBEHHOMN
BIIACTH.
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